A 10-year-old Japanese boy was diagnosed as having XRS at the age of 11 months. His maternal grandfather was also known to have this condition.
Visual acuity was 20/200 right eye with S+4-5=C+lx55°and 20/100 left eye with S+3=C+1-25xll00. Both fundi showed the typical star-shaped configuration in the macula and peripheral retinoschisis inferiorly. Furthermore multiple small white flecks were scattered in the temporal posterior pole (Fig 1A and 1B) . These bilateral white flecks seemed to be located in the retina and not in the pigment epithelium.
The Ganzfeld electroretinogram (ERG) showed markedly reduced scotopic (rod) responses (30-50% of normal value) and even more reduced photopic (cone) responses (20-25% of the normal value) and a negative-type ERG with a single bright flash stimulus. The oscillatory potentials were absent (Fig 2) .
Visual fields showed bilateral superior loss corresponding to the schisis areas. There were no complaints of night blindness. In the 62-year-old grandfather the small flecks were absent. He was first seen at the department of ophthalmogenetics at the age of 8. His fundi showed impressive cystic maculopathy with bilateral peripheral inferior retinoschisis with obliterated vessels in the right eye and a fibrotic sea fan with some exudates and haemorrhages in the left eye. Both posterior poles showed numerous small white flecks (Fig 3A) . Fluorescein angiography showed transmission defects in the pigment epithelium creating a bull's eye maculopathy, but no pattern corresponding to the albipunctatus-like flecks (Fig 3B) left eye, both with S+4 5.
Comment
In both patients the cystic maculopathy, the peripheral retinoschisis, and the negative configuration of the ERG are characteristic for juvenile retinoschisis. In addition, the maternal grandfather of case 1 was known to have this condition. However, multiple small white flecks were associated with these findings. These small punctate flecks are strongly reminiscent of fundus albipunctatus, including the typical radial orientation relative to the fovea in the first patient ( Fig 1A) . Fundus albipunctatus is a stationary congenital night blinding disorder characterised by typical white punctate fundus lesions and an abnormal slow regeneration of visual pigment. Although the visual function is stationary, the appearance and number of dots may change over time.3 Visual acuity should be normal or near normal. Differentiation from retinitis punctata albescens, a condition belonging to the group of tapetoretinal dystrophies, may occasionally be difficult and is made mainly by the progressive character and visual field loss.
Recently, fundus albipunctatus in combination with cone dystrophy was described by Miyake et al. 4 These patients were clearly different from the two patients described in this report, in that the first had progressive loss of central vision starting in adulthood (visual acuity having been normal before), bull's eye maculopathy, no peripheral retinoschisis, and severely reduced photopic ERGs but no negative type ERG.
With fluorescein angiography our second patient also showed a bull's eye maculopathy, which is not typical for XRS, but also is not contradictory. In early stages of XRS often no fluoroangiographic abnormalities in the macular area are seen, but in later stages all kind of transmission defects of the retinal pigment epithelium may be encountered. The albipunctatus flecks could not be traced down in the angiogram, which corresponds to their supposed localisation in the superficial retina.
In most cases of XRS the EOG is normal or moderately reduced, while in our second patient the EOG showed hardly any light increase. However, very abnormal or even flat type EOGs also occur in XRS.' As widespread window defects of the retinal pigment epithelium can be seen on the fluorescein angiogram, the pathological EOG in this patient is explicable. Boisdequin et al do not mention EOG results in their four patients, and so we do not know for the For the second inconsistency we have no suitable explanation.
It is likely that the punctate lesions in XRS have often passed unnoticed. In the article by Greven et al' the picture of their patient 4 (21 months old) clearly shows the punctations, but they are not mentioned in the text. On the other hand, when the albipunctatus-like aspect in a particular male patient is noted, but not recognised as a possible manifestation of XRS, diagnostic confusion might ensue. Therefore we wish to report this symptom of XRS. To understand its nature and origin, future observations, both clinical and histopathological, will be important. 
